Neonatal screening for congenital-adrenal hyperplasia using a microfilter paper method for 17-",-hydroxyprogesterone radioimmunoassay. Experience gained from 22.233 cases.
l l nd Pediatric Clinic, University of Bologna, Italy.
C.DACOU-VOUTETAKIS,M.KANARIOU*,E.ROMA*,A.CON-STANTOPOULOS*,M.MANIATI*,C.VRETTOS*.A' Dept. Ped.Athens University.A hypothalamic syndrome characterized by hypernatremia,adipsia,hyperprolactenemia and high threshhold for vasopressin release.
Adipsia with high threshhold for vasopressin release was diagnosed in a 9-year-old girl with episodes of muscular weakness,hypernatremia (Na 162-175 mEq/L) fBUN,~Hb and~platelets,and urine osmolality 800-1400 mOsm/L.The levels of serum prolactin,FSH,LH, and estrogens (306 pg/ml) were high.She was obese with normal linear growth,and mentality,and Tanner II pubic hair. Thirst was not sensed even with serum osm.of 365 mOsm/L Prolactin decreased after hypertonic saline infusion (1640 to 1200 mIU/ml) and after L-DOPA (1600 to 600). Thyroid,and adrenal function,and muscle enzymes were normal.CT brain scans,the last one two years after initial symptomatology,were normal.The forcing of fluids (1500 ml/day) resulted in clinical improvement,normalization of serum Na,BUN,Hb and platelets and the appearance of regular menses.Prolactin,LH,and FSH did not change. The pathophysiologic implications will be discussed.lt is postulated that the biochemical findings might have been caused by hypothalami tis (autoimmune?) with selective dysfunction of the thirst center,osmolar receptor~vasopressinrelease complex and the centers for LHRH and prolactin regulation. crude hypothalamic extracts compared to 10 mU of vasopressin. Bresponse to different doses of ACTH from dispersed adrenal cells was age dependent in all 3 strains. In prehypertensive (4 weeks) SHR-rats the B-response to the lowest ACTH-dose was nearly twice that of the controls. No difference of the in vivo B-response to an ACTH-dose of 0,5 mU/lOO g was found in any age-group between the 3 strains. 1 min. exposure to ether resulted in a plasma-ACTHincrease which was significantly higher in SHR-rats at 4 weeks of age. B-increase was only slightly elevated compared to controls. These differences were no more obvious at 12 to 16 weeks of age. CRF-activity in unstressed animals showed no difference neither between age-groups nor between SHR and control animals. A temporary instability of HPA-function is thus supported by these findings and a central dysregulation can be assumed. In a group of 16 patients with Klinefelter's syndrome (KS) aged from 2 8/12 to 31 yrs, a study was~de of the plasma 9rowth hormone (hGH) response to LRH (50~g/m i.v.; n=16). TRH (200~g i.v. n-14) and insulin induced hypoglycemia (0.1 U R.I./kg i.v.; n-6).
There was a rise in hGH following LRH from a level below 5 ng/m1 during fasting to a level above 8 ng/m1 (p < 0.001) in 9 (56.3%) of the 16 patients tested. A similar response was found in only 1 of a control group of 15 boys matched for age. TRH sti~lation led to a rise in hGH in 1 of the 14 KS patients tested. with none in the control group. Insulin induced hypoglycemia elicited a nonna1 response of hGH in the 6 KS patients tested, from 1.8+0.7 to 16.5+ 3.7 ng/m1 (m+SD, p < 0.001). 8asa1 prolactin (Pr1) levels werenonna1 in the KS patients (9.4+4.1 ng/m1, m+SD) but the response to TRH stimulation was significantly higher-(63.3+40 ng/m1; p < 0.01) than that of the control group (30+15 ng/m1T. The abnonna1 rise of hGH following LRH stillll1ation and of Pr1 following TRH stimulation denote a disturbance in the neuroendocrine regulation mechanisms of these hormones in KS.
J.R. DUCHARME. G. CHARPENET~Y. TACHE*and R. COLLU. Endocrine Laboratory, Pediatric Reaearch Center, Hopital Sainte-Juatine and Faculty of Medicine, Universite de Montreal, Montreal, Quebec, Canada. Studies on the mechanisms of stress-induced inhibition of testicular function.
"Psychological" and "physical" stress may inhibit the hypothalamic-pituitary-gonadal (HPG) axis in animal species and man. In addition. the drastic fall in T levels observed during stress may occur without any concomitant fall in plasma LH. This dissociation between LH and T during stress has been investigated and several uin vivo" and "in vitro" experiments performed in adult SpragueDawley rats subjected to chronic immobilization stress. In intact or hypophysectionized rats LH-releasing hormone induced a significantly greater release of LH in stressed animals than in normal controls. The sensitivity of the hypothalamic-pituitary axis to circulating T levels was decreased while the testis was relatively less sensitive to exogenous gonadotropic stimulation. Evidence of a blockade in the biosynthesis of T situated beyond cAMP was obtained together with that of an inhibitory factor of pituitary origin, exclusive of endorphins and of other opiate peptides. The action of the factors involved which are likely multifactorial is both extremely rapid and persistant since the effect of immobilization on T release is already apparent 30 minutes after the initiation of stress and persists at least 24 hours after cessation of the exposure to stress.
